. Fasting resting blood lactate concentration was normal, but blood pyruvate and alanine concentrations were elevated (8-8 mg/l, normal range 3-6-5-9 mg/l, and 1061-3 uM/1, normal range 
Patients
The parents were first cousins. The paternal grandfather had suffered from left hemiparesis, which started at the age of 8 years during an unspecified exanthematic illness. The couple had four children, and the two patients were the product of the second and third pregnancy respectively (the latter was a dizygotic twin pregnancy).
Case I This 20 year old woman had had a normal birth and development. At the age of 6 years she contracted measles. Four days after exanthematic eruption she had transient (a few seconds) amaurosis which disappeared spontaneously without further effects. Six months later she experienced a painless rapid bilateral deterioration in visual acuity. At the age of 7 she began to invert and plantar flex the left foot with dorsiflexion of the big toe when walking; dystonia then slowly progressed to involve her left arm. At the age of 10, she underwent left Achilles tendon and extensor hallucis longus tendon lengthening procedures. At the age of 1 1, the left dystonic hemiparesis worsened: the hip and the knee were flexed, the foot was equinovarus, the toes plantar flexed. The arm exhibited athetoid postures years and 10 months, when his parents noticed that his right arm irregularly adopted bizarre postures (extension and adduction of the arm, pronation of the forearm and hand). Despite abnormal postures, the child could perform skilful movements (such as writing). When 9 years old, he developed an increasingly severe rigidity of the left leg which disturbed walking. The homolateral upper limb was flexed with a clenched fist. He became anorexic and asthenic. On examination (in April 1987), at the age of 9 years and 5 months, he was a pale boy with normal somatic growth, poor muscle development, and dystonic movements and postures of the limbs (left more than right). The most considerable neurological disorders of the arms, however, were hypokinesia and bradykinesia, which were the cause ofclumsiness and inadequacy in intentional skilled movements. There was plastic rigidity and mild weakness (left more than right). Tendon reflexes were brisk and polyphasic with bilateral Babinski's signs. Speech was quiet, slow, monotonous, and somewhat slurred. Sensation was intact. Mental function remained unaffected.
Both optic discs showed temporal pallor, and the retinal vessels were narrowed. On examination, the visual acuity was correctable to VR Confining the discussion to slowly progressive cases, those described by Miyoshi et al'6 and Pebenito et al " differ from ours in that mental retardation was prominent in the former and visual function was unaffected in all. Both clinical and neuroradiological findings of our patients are similar to the clinical observations of Marsden et al,4 who described seven patients in two families. The patients exhibited a slowly progressive generalised dystonic syndrome, which was variably associated with subacute visual loss and striking bilateral symmetrical lucencies on CT, particularly affecting the putamen. The patients showed no obvious mental deterioration. In one case the visual deficit was isolated and in another a diagnosis of Leigh's disease was suggested. Symmetrical areas of low attenuation in the basal ganglia on CT scan, dystonic movements, optic atrophy, 
